SUMMARY A patient with pseudoxanthoma elasticum presented in pulmonary oedema with restrictive left ventricular cardiomyopathy caused by calcified endocardial bands that were confirmed on echocardiography and at catheterisation. The bands were resected as far as possible and the involved mitral valve was replaced by a heterograft. A year later calcification of the heterograft forced its replacement by a St Jude prosthesis. Relief of symptoms has been good in the medium term.
SUMMARY A patient with pseudoxanthoma elasticum presented in pulmonary oedema with restrictive left ventricular cardiomyopathy caused by calcified endocardial bands that were confirmed on echocardiography and at catheterisation. The bands were resected as far as possible and the involved mitral valve was replaced by a heterograft. A year later calcification of the heterograft forced its replacement by a St Jude prosthesis. Relief of symptoms has been good in the medium term.
Case report A 27 year old white man, known to have pseudoxanthoma elasticum, presented with a rapidly progressive nine month history of exertional dyspnoea, orthopnoea, paroxysmal nocturnal dyspnoea, and the striking symptom of exertional haemoptysis. Over the nine month period his exercise tolerance had decreased from that of an active amateur footballer to being unable to walk more than one hundred yards on the flat.
Physical examination showed the classic skin lesions of pseudoxanthoma elasticum-yellow pseudoxanthomatous plaques, mainly in the neck region. There was evidence of congestive cardiac failure, with a sinus tachycardia, a loud left ventricular third heart sound, bilateral basal crepitations, jugular venous pressure raised 3-4cm with a deep "y" descent, an enlarged pulsatile liver, and oedema of the legs. The electrocardiogram showed no abnormality and in particular the QRS complexes and T waves were normal. The chest x ray showed considerable calcification within the cardiac outline-in particular in the region of the left ventricle (figure). The classic appearances of pulmonary oedema were present. Cross sectional and M mode echocardiography showed several abnormal features ( (1-6-2-6 cm) LA internal dimension 5 9 (19-93-8 cm) Septal thickness (diastole) cle. The calcification was friable and went deeply into the myocardium. The mitral valve leaflets were normal, but the chordae were inserted into calcified papillary muscles. The calcification in the posterior wall and to some extent in the two lateral walls was excised as far as possible. The mitral valve was replaced with a size 31 Carpentier-Edwards heterograft in view of the papillary muscle involvement. The coronary artery lesion was not considered to be haemodynamically important.
After operation his general condition improved PAWP, pulmonary artery wedge pressure. markedly with disappearance of both his abnormal symptoms and physical signs. He was discharged home two weeks after operation. In view of the inherent danger of prescribing anticoagulants to patients with pseudoxanthoma elasticum he was not given anticoagulants. Three months later he was well and had no symptoms or abnormal physical signs. Echocardiography confirmed his clinical improvement. Posterior left ventricular wall motion was normal and there did not seem to be any restriction of diastolic left ventricular filling. Cardiac catheterisation was repeated. Table 2 shows the considerable improvement in left ventricular end diastolic pressure, which had fallen to 10 mm Hg. Pulmonary artery pressure was correspondingly reduced. Left ventricular angiography showed an overall improvement in contractility.
He subsequently remained well for one year but later presented with a two month history of dyspnoea and orthopnoea. On examination he was once again found to be in pulmonary oedema with bilateral basal crepitations, a sinus tachycardia, and loud third heart sound. There was a loud mid-diastolic murmur at the apex. Cross sectional echocardiography showed that the mitral heterograft was thickened and rigid. The left ventricular filling rate was reduced. Overall left ventricular contractility appeared to be normal. Cardiac catheterisation was again repeated. The left ventricular end diastolic pressure was within normal limits at 5 mm Hg. There was a gradient of 19 mm Hg across the mitral prosthesis. Left ventricular angiography confirmed the continued improvement in left ventricular contractility. The mitral heterograft appeared rigid and immobile. These findings suggested that the return of his symptoms was related to stenosis of the mitral heterograft and not to a recurrence of the restrictive cardiomyopathy.
Further operation was indicated and the mitral heterograft was replaced with a St Jude prosthesis and treatment with anticoagulants was started and continued. His recovery was uneventful and associated with complete loss of all -his symptoms. At follow up over the next year he was free of symptoms and leading a normal life.
Discussion
The rare condition of pseudoxanthoma elasticum, first described by Rigal in 1881, is inherited as an autosomal recessive.' It is a multisystem disorder affecting the skin, mucous membranes, eyes, blood vessels, and heart. The pathogenesis is poorly understood, but there is an important defect in the metabolism and subsequent synthesis of elastic 15 It therefore seems likely that the rapid onset of heterograft calcification in our patient was directly related to the disease process. Thus despite the obvious risks of anticoagulation, a mechanical prosthesis is preferable to a heterograft.
